palate and upper pharynx, resulting in faulty clearing of the laryngeal aditus and subsequent aspiration into the trachea.
Although there were normal pressure changes the synergic motor pattern of swallowing was considerably deranged. The normal EMG of the palate suggested that the lesion was not in the lower motor neurons or muscles. Inco-ordination may have resulted from supra-nuclear bulbar palsy although at 13 months of age there was no other evidence of pyramidal tract lesions. Palatal palsy may be a manifestation of nuclear agenesis (Mobius syndrome) (Evans 1955 ) but there were no associated abnormalities in the case described. Improvement in swallowing in an infant with congenital palatal palsy following asphyxia at birth was also described by Upjohn (1957) .
Cyanosis at birth in these cases may have been due to inability to clear the upper respiratory passages because of pharyngeal palsy. However, the alternative explanation cannot be ruled out that asphyxia at birth produced brain damage resulting in bulbar palsy.
Dr B E Schlesinger (London) referred to Dr Benson's remark that a recent test had shown the I.Q. to be 92, and mentioned some similar cases in which swallowing and speech finally became normal. Dr R C Mac Keith (London) felt that, in spite of the history of asphyxia in Dr Benson's case, anoxia was not the factor causing the neurological disorder. Dr J C Macaulay (Shrewsbury) reported a similar case in which tube-feeding had been required for 19 months, the perinatal period having been normal. Dr N S Clark (Aberdeen) spoke of a case which was normal at the age of 4 years. Dr J H Burkinshaw (London) had observed a child with dysphagia, who had had white asphyxia at birth but who became normal by the age of 14 months. Dr J Apley (Bath) had had 3 cases, 1 with hydramnios, 1 with a difficult deliverv and 1 with a subdural hamatoma. He mentioned the fact that some infants with congenital laryngeal stridor also had dysphagia. I)r N R Butler (Swindon) described a child with a very low I.Q. and no speech, who had died at the age of 31 years, and was found to have bronchiectasis.
A Chronic Progressive Osteopathy with Hyperphosphatasia W C Marshall MB DCH (for Professor A A Moncrieff CBE MD FRCP) M S, male, aged 3j years History: Delivered normally at term. Uneventful progress until 12 months of age when swellings on either side of the nose were noted and he suffered from frequent nasal catarrh., He was admitted to the Hospital for Sick Children, Great Ormond Street, at 18 months of age because of these symptoms. No excessive vitamin intake.
Family history: One sister, aged 7 years, 'well. Mother, during first pregnancy, developed a neurological disease diagnosed as disseminated sclerosis. Treatment with a tlhree-month course of oral potassium iodide mixture and intramuscular sulpharsphenamine during this pregnancy. The latter has been continued and was given during this second pregnancy. No consanguinity. No family history of bone disease. On examination (Fig 1) : First admission in December 1959. The nasal swelling was due to bony overgrowth of maxilla. Skull circumference 21 in.; a bony swelling was present in the mid-line of the skull just inside the anterior hair line. Generalized increase in thickness of long bones with some bowing. The. ribs and mandible were also involved. Progress: There has been continuous thickening of the whole skeleton with increase in bowing of the long bones. The hands and feet do not appear to be involved in the process. There is now considerable obstructionto theupper air passages.
Hearing and vision have remained unimpaired. Peripheral blood picture has remained normal. Bone biopsy of right femur (January 1961): Vascular bone was found at operation and the Serum electrolytes normal. Serum proteins 5.9 g/100 ml, normal electrophoretic pattern.
Transaminases: 60 and 36 ,umoles pyruvate/100 ml serum/hour (normal range 10-110). Blood and urinary amino acids normal. Blood citrate 3 9 mg/100 ml whole blood (normal I 3-2-5). Balance studies (mean values): Calcium 0-18, phosphorus 0-29, nitrogen 2-22 g retained per day.
Alkaline phosphatase levels in sister and parents normal. X-rays (Dr John Sutcliffe) show massive periosteal new bone formation along and in some places at right angles to the long bone. This new bone is less densely calcified than normal. There has been progressive bowing of long bones, most marked in the femora (Fig 2) . Thickening of the maxille and vault has taken place and there was premature fusion of the sutures. The teeth structure is normal but the lamina dura is absent (Fig 3) . The marrow spaces are normal and epiphyseal cartilage is normal, as are the joint spaces.
Histology (Dr Barbara Ockenden): The specimen of bone obtained from the right femur at 2 years of age has provided little help in establishing the diagnosis.
This specimen, which is presumed to be cortical bone, shows the presence of moderately thin trabecula of young lamellar bone with evidence of active bone resorption as well as new bone formation. In the trabeculk there is a faint mosaic pattern of the cement lines. The intertrabecular spaces are filled with vascular fibrous tissue. Discussion: The principal features of this case are: (1) A generalized osteopathy involving virtually the whole skeleton which is following a progressive course and ultimately will lead to complete obstruction of the upper air passages.
(2) Radiologically there is massive new bone formation with bowing of the long bones, but the epiphyses appear to be relatively normal.
(3) A greatly and persistently raised alkaline phosphatase. (4) A sustained hypertension which became evident during administration of cortisone, which failed to influence the course of the disease.
The cause of this process involving the skeleton has not been established. Caffey (1961) has described this case with 3 others as chronic idiopathic hyperphosphatasia. Two of these cases were sisters aged 1 and 21 years previously described by Swoboda (1958) and the fourth a boy of 11 years.
